SUMMARY A 57 year old man with nail-patella syndrome (NPS) and associated renal disease is described who developed an inflammatory polyarthropathy and polyarteritis-like vasculitis. Vasculitis and serum complement abnormalities have not previously been reported in NPS. NPS is a rare autosomal dominant connective tissue disorder affecting both mesenchymal and ectodermal tissue. The condition is reviewed with particular reference to its renal pathology, including the distinctive electron microscopic (EM) finding of collagen deposition in the glomerular basement membrane (GBM). The possibility of the underlying collagen abnormality acting as a trigger for immune-inflammatory changes is discussed.
Examination showed a pale, anicteric, hypertensive man with hypoplastic thumbnails and a petechial skin rash on the legs and ankles. Joint examinations showed moderately swollen and tender wrists and MCP joints bilaterally, 10 degree flexion deformities of both elbows without synovial thickening, effusions, or subcutaneous nodules, and gross knee malalignments with bilateral 30 degree flexion deformities, marked crepitus, and boggy synovial tissue. The patellae were small and laterally displaced. A 
